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B HacTosimee BpeMsi CTAHIAPTOM SIBJISIETCS KOMOWHUPOBAHHDII MOIXO0/] B JIEYEHNH OIMyXoJieil cemeiicTBa capkombl FOun-
ra. [loquxumuoTepanus, JydyeBas Tepanusi, XUPypruueckoe JieyeHne, a ¢ HeJIABHEr0 BPeMEHHU WCNOJIb30BAHNE TAPTE€THBIX
NPENapaToB SBJISIOTCS 3aJI0TOM YCHEITHOTro JieyeHusi. Vbl MONBITAIMCH OTPA3UTh MEPUO/bI CTAHOBJICHUSI XHUMHOTEPANTNH
B JIeYEHUH OMyXoJieil cemeiicTBa capkombl FOuHra v 3aBHCUMOCTb BBKUBAEMOCTH MANMEHTOB OT MPUMEHEHNS PAa3INIHbIX

MoaX0a0B B Tepanuu.

CapKOMa IOunra (CK)) — 3T0 3710KauecTBEeHHAsS
OITyXOJIb KOCTHO! TKaHU, COCTOSIILAS U3 IIIUPOKUX
noJsieii HeOOMBIINX OKPYIJIBIX KJIETOK 0€3 MEXKyTOUHOTO
BeniectBa. HoBooOpa3oBaHUE OMKMCAHO U BbIAECJIEHO B
CaMOCTOSITEIbHYIO HO30JI0THUeCKYIo hopmy JIxkeiiMcom
IOunHrom B 1921 1. [12]. ITocKoJIbKY M3HAYAILHO aBTOP
Mperoarai, 4YTo OIyXoJib Pa3BUBAETCS U3 KJIETOK Ie-
PUBACKYJISIPHOT'O SHIOTEIMS, TO Ha3Bal ee «augdy3HOMU
SHIOTEIMOMO KOCTH» U ITO33Ke MPEIOXKIIT 0003HAYaTh
KaK «dHIO0TeIMabHYI0 MUeoMy KocTu» [29]. B 1990-
X IT. B MUPOBO# uTeparype [6] mosgBuiICS TepMUH
«omyxonu cemeiictBa capkoMbl FOnnra» (OCCIHO). Ota
rpyIa BKJIIOYAeT:

e xoctHyto capkomy FOunra (KCHO);

® BHecKeseTHYI0 capkomy FOunra (BCCIO);

® nepudeprUyeCKyIo MPUMUTHUBHYIO HEHPOIKTOAEP-
MajibHYI0 onyxoJjib koctu (ITHDO);

® 3JJ0KaYECTBEHHYIO MEJIKOKJIETOYHYIO OMYXO0Jb TO-
PaKoITyJIbMOHAJIbHOI 30HbI (OIMYX0Jb ACKMHA).

bauskoe poacTBO 3TUX HOBOOOPA30BAHUIA MO -
TBEPKAAETCS XapaKTePHOU IreHEeTUYECKO 0COOEHHO-
CTbIO: HAJIMYMEM €AMHON XPOMOCOMHOM TPaHCIOKALIU
t(11; 22)(ql2; 24), noBpexnatoueit reH EWS [28],
win ee BapuaHTa t(21; 22). OgHako, 1o JaHHBIM psiaa
ABTOPOB, HECMOTPS Ha aHAJIOTMYHOE MPOUCXOXIEHUE
OIYXOJIei U OMMHAKOBBIN MOAXO0/ K JICUEHUIO, HaOJTI0-
JaeTcs pa3uyHas cTeneHb ux nuddepeHInpoOBKU U
paznuuHblii mporHos. Tak, aas ITHDO xapakTtepHbI
OoJiee BhIpaxkeHHasI HelipoaKToaepMalibHas nudhepeH-
LIMPOBKa 1 0oJiee arpecCMBHOE TeueHue [1].

Capkoma FOuHra siBisgeTcs peakoii OIyXoJblo.
Yacrora 3a6oseBaeMocT He TipeBbinaer 0,6—3 Ha
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1 000 000 Hacenenus [10—11]. ITo nanubiM Grimer,
4yacToTa BbIsIBIeHUS onyxoiu coctapisieT 0,3 Ha 100 000
HaceJieHUs1 B roa. B BenukoOpuTaHuu mokaszatean
Hike — 0,11-0,12 za 100 000 HacemeHus, YTO COCTaB-
nsteT 65—75 ciydyaeB exxeromHo [48].

Cpeau nepBUYHBIX OMYXOJIei KOCTHOM TKaHU Y Jie-
Tell ¥ TTOIPOCTKOB capkoma FOuHra 3aHMMaeT BTopoe
MeCTO, YCTyIasl JIMIIb ocTeocapkoMe. Yacrora orry-
xonu coctapisietT 25—27% [5]. Tluk 3aboneBaeMOCTH
HaOmonaercsa B 10—14 jeT y MajbuukoB U B 5—9 Jier
y neBouek [6]. Pasnuums mo mosoBoMy NmpH3HaAKy
nosBisitorcs nocie 13—14 net. Majibuvku 0osieloT B
1,5—2 paza yame [19].

o Havana 3pbl XUMUOTEPANuu B JCUYCHUU T1a-
IIMEHTOB C OITyXOJbIO ceMeiicTBa capkKoMmbl FOuHra
TToKa3aTeau MATUICTHEH BBIXXKMBAEMOCTH OCTaBaJIUCh
KpaiitHe Hu3kumu, meHee 10%. HecmoTps Ha 1o-
MIBITKY JIy4eBOI Teparuu, BIIEPBBIC TIPEATIPUHSTHIE B
20-X IT. IPOIIEAIIero CTONIETUS, OOJIbHbBIE YMUPAIU OT
OTIAJCHHBIX METACTa30B B TCUCHHUE TIEPBBIX ABYX JIET
rocJjie AMarHocTuku 3abonesaHus. B 70-x rr. Havanu
HCTIONIB30BaTh KOMIUIEKCHBIM MOIXOM, BKIIOYAIOIIMI
cuctemuyto XT u TokajlbHOE BO3IEHCTBUE B BUAE 00-
JIy4eHUS W/WITHA XUPYPTUIECKOTO BMEIIaTeIbCTBA. DTO
YBEJIMUMIIO OOIIYIO 5-JIETHIOIO BBIKMBAeMOCTh 10 60%
TIpM JIOKaau3oBaHHOM (popme capkome HOwHTa 1 o
20% mipn MeTacTaTUIEeCKMX CTanusIx [6].

B Hacrosmee BpemsT ccTeMHas TTOJIMXUMHUOTEPa-
IS — 3TO HEOTheMJieMasl 9acThb JICUCHUs OTyXojeit
cemeiictBa capkombl FOunra (OCCHO). Ilepsrie co-
0o01IeHNsT 00 UCMOJIb30BAHUU LIUTOCTATUKOB TTOSIBU-
mmch B Hadane 60-x rT. B 1962 1. Sutow u Sullivan [58]
HE3aBUCUMO APYT OT Apyra onyoJUKOBaJU NaHHbIE
00 a¢pPpexTruBHOCTH HUKIO0(OochaHa. B 310 ke Bpemsa
Hustu [39] coo01111J1 0 XOpoI1uX pe3yibTaTax UCIoJb30-
BaHMSI KOMOMHALIMY LIMKI0(hochaMuaa 1 BAHKPUCTUHA
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JleueHue onyxoJieii cemeiicTBa capkombl FOuHra (13 iurepatypHoro o63opa)

C JIy4eBoOI Tepanueil. OTU paOOTHI JIEIJIM B OCHOBY CO-
BpeMmeHHOI touxumuorepanuu OCCHO [19].

JleyeHue MecTHOpacpocTPaHeHHOI capkoMbl FOunra

Ho cepenunbl 70-x rr. miug neyenus OCCIO npu-
MEHSIJIM B OCHOBHOM KOMOMHALIUI0 BUHKPUCTUHA,
nukinogochamuna u akrmHomunrHa I (cxema VAC).
[Tpw 5TOM 00IIIAsA 5-TIETHSISI BBLKUBAEMOCTD IMTAIIMEHTOB
cocranisuia 45—50%. Jlob6aBineHue aHTPALMKIMHOBOIO
aHTuOuoTUKa JoKcopyouuuHa (cxema VACD) no-
CTOBEPHO YBEJIMYUJIO 5-JIETHIOK 0e3peLIMINBHYIO BbI-
xkuBaemoctb (BPB) ¢ 24 10 60% [21]. B 1974 r. Rosen
U COABTOPHI COOOLIMIIN O IJTUTEBHON BELKMBAEMOCTH
MalMeHTOB, MOJYYUBIINX TAKOE JICUEHUE B COYCTAHUU
C JIy4eBoii Teparmeii [55].

IlepBoe mexrpymnmnoBoe ucciegoBanue IESS-I,
nposegeHHoe B CIIIA B 1973—1978 rT., 1mokasajo, 4To
5-JeTHsIs 0e3pelrauBHAs BBXKMBAEMOCTh OOJIbHBIX
ClO, nonyuuBiux jgeyeHue mo cxeme VAC, coctaBuiia
24%, ipu COYETaHUM C KPYITHOITOJIBHBIM OOJIydeHIEM
JIETKMX OHa yBeJaumumiach 10 44% u ripu nobaBieHUN
nokcopyounmaa (VACD) nocturia 60% [49]. B nanb-
HelllIeM BO MHOTUX KJIMHUKAaX ITOCJIEAHSIS CXeMa cTajia
crannaproM jgedeHust CHO.

[IposenenHoe B 1978—1986 rr. B BeukoObpuranuu
MepBOe HALIMOHAJIbHOE MCClienoBaHme capKoMbl FOnHTa
ET-1 mokasajo 3aBUCHMOCTb BbLKMBAEMOCTH OOJIBHBIX
OT JIOKaIM3aLuu onyxojin. O01as S-JeTHsIsI BbK1Bae-
MOCTb TIPY MIOpaXkeHUM KOHEYHOCTel cocTtaBmia 52%,
MpU TTOPaKeHUN 0ceBOro ckeyiera — 38%, rpu mopa-
SKEHMU KOCTel Taza — ToibKo 13%. B mccrmemoBanme
BKJIIOYEHBI 120 IaieHTOoB ¢ JTIOKaan30BaHHO (hopMoii
CIO, moayuuBiux iedeHue 1mo cxeme VACD [26].

B MHOromeHTpoBOM KOOMEPUPOBAHHOM MCCIIE-
noBanuu CESS-81, nmpoBeneHHoMm B 1981—1985 1. B
I[epmanum, BEIABICHB U Apyrue HeOIaronmpUsITHBIC
MPOTHOCTUYECKUE (DAKTOPBL. DTO 00BEM OITyX0J11 O0siee
100 c™? 1 HU3KasI CTeNeHb JiedeOGHOro raroMopdo3a mo-
cie uaaykuonHow [TXT. B uccinenoBanue ObIIH BKITIO-
yeHbl 93 6oabHbIX CIO, monyuyusiuux ITXT B pexume
VACD. O061iast 5-J1eTHsISI BBKMBA€MOCTb MallMEHTOB C
onyxosbio MeHee 100 cm® cocraBmia 80%, nipn o0bemMe
6osee 100 cm® — To1bKO 31%. AHaNOrMYHbBIE ITOKA3aTe-
JIA TIOJTyYeHBI U Y OOJIBHBIX, B OITyXOJISIX KOTOPBIX Ha-
XOIMJI COOTBETCTBEHHO MeHee nin 6osee 10% XKUBBIX
KieTok [41]. dpyrue uccieqoBaTean MOATBEPAMIN
5TU JAHHBIE W TIOKa3aJld, YTO HaJW4yue HeKpo3a Bceil
WY OOJIBLLICH YAaCTU OITYyXOJIU KOPPEJIUPYET C BBICOKOM
5-JIeTHE# BBIKMBAaEMOCTBIO, ocTuraroieii 85—95% [53].

HccnenoBanue ES-79, nmpoBeneHHOE B aMeprKaH-
ckoMm rocnutaiie St. Jude B 1978—1986 rr., BHISIBUIIO
3aBUCUMOCTbh BBIXKMBAEMOCTH OT ITPOTSIKEHHOCTH OITy-
XOJICBOTO TTOPaXXeHUsI. ABTOPHI OLCHWIIM PE3yJIBTaThI
nedyeHus 52 OonbHbIX, noayunBiiux [IXT B pexume
VACD. IlarunetHsst 0e3peiuIuBHAasl BELKMBAEMOCTh
IIpU OMyXOoJsaX MeHee 8 ¢cM cocTtaBuna 8§2%, npu
OonbIuX pasmepax — 64% [37].

AHaIM3 BBHIIIETIPUBEICHHBIX MCCICIOBAHUI 1O
OCCIO mo3BoNUI BBIACIUTH Cleayoune GakTopbl
TIPOTHO3a:

1. Jlokanm3amnust epBUYHON OITYXOJIU B KOCTIX
0CeBOro ckeiera (0COOEHHO B KOCTSIX Ta3a).

2. Pazmep nepBUUHON OMyXO0JIu;

e o0beM Gostee 100 cm® (vim 200 cm® B Oostee mo3/a-
HUX WCCIIEIOBAHUSIX);

® [IPOTSKEHHOCTD ITOPaKEeHUS 110 JUTMHHUKY KOCTH
boiee 8 cM.

3. Hanuuue oTnaseHHbBIX METAaCcTa30B.

4. Bospact crapuie 14 net.

5. IMoBbiieHHBbIN ypoBeHb JIIT.

6. Huzkast creneHb JieueOGHOro matoMopdo3a nocie
nHayktuBHou ITXT.

7. JMATEIbHOCTh BPEMEHMU IO TIPOTPECCUPOBAHMSI.

HeynoBneTBopuTeabHble pe3yabTaThl JeUSHUS
0OJIBHBIX M3 TPYMITbl BHICOKOTO prcKa CITIOCOOCTBOBAIN
pa3paboTKe HOBBIX TepareBTUIECKUX MOoaAXoa0B. OnHUM
U3 HUX CTajio A00aBjleHWEe B OOLIETTPUHSITHIE CXEMbI
udochamuaa 1 TONO3UIA.

B uccnenoanuu CESS-86 [50], mpoBeneHHOM B
1986—1991 rr., uuknodochamua B cxeme VACD 3a-
MeHuIu Ha udochamun (cxema VAIA). CpaBHeHUe
¢ pesynsratamu CESS-81 [41] moka3aiio, 4ro oOmas
BBDKMBAEMOCTD OOJTBHBIX M3 TPYIIITHI BHICOKOTO PUCKa
roBbIcHIIach ¢ 31 1o 52%, pu 3TOM BBIKMBAaEMOCTh
MAaIlMEHTOB M3 TPYIMITbI CTAaHAAPTHOTO PUCKA MPaKTH-
YeCcKM He UBMEHUJIACK.

[TpoBeneHHoe B 1987—1993 rr. B BeukooputaHuu
BTOpOE HallMoHabHOoe uccienoBanue ET-2 [24] takke
n3y4ano pexkuM VAIA. O611as 5-71eTHsIsI BBKMBaeMOCTh
MIpY MOpaXeHWU KOHEUHOCTe# cocTaBuia 73%, npu
MOpaxkeHUU KOCTEN aKCUaabHOTro cKejeta — 55%, npu
OITyXOJISIX KocTeli Taza — 41%. O611ast BEBDKMBaeMOCTh
BCEX TMAIlMeHTOB JTocTuria 62%, 4To Jydile o CpaB-
HeHMIo ¢ ucciaegoBanueM ET-1, roe aHaJloruuHbBIN
rokKazareJsib Y 00JbHBIX, MOIYYaBIINX JEUEHUE TT0 CXeME
VACD, cocrasu aunib 36% [26].

BaxxHbIe pe3yIbTaThl MOJTyYeHBI B IBYX PAHIOMU3H-
POBaHHBIX UCCIIEAOBAHUSIX, IIPOBEIEHHBIX OHKOJIOTaMU
Iepmanuu, Hunepmangos, ABctpun u Beankobpura-
HUM B paMKaX €BpOIeiicKOTO MEXIPYIIOBOTO KOO-
neprupoBaHHoro ucciegoBanusgs EICESS-92. ABTopni
MOKa3aJii aHAJTOTUYHYI0 3(P(PeKTUBHOCTh BHICOKOM
no3bl nukitodochamuaa (1200 mr/m?) u nudocdamuia
n03e 6000 Mr/m? mpu MECTHOPACIIPOCTPAHEHHOI hopme
capkombl FOuHra crangaptHoro pucka. TpexiaeTHsist
6e3pelIMIMBHAsI BEBDKMBAEMOCTD OOJTbHBIX, ITOTYYMBIINX
negenme B pexkxuMax VACD 1 VAIA, coctaBmna 71 1 79%
COOTBETCTBEHHO. B 3TOM Xe rcciienoBaHuM OTMEYEHbI
XOPOIIKE pe3yJIBTaThl JICUSHUS ITallUeHTOB U3 TPYIIITHI
BBICOKOI'O pHCKa, HOMOJHUTEIbHO MOJYYMBIINUX 3TO-
no3un B pexxume EVAIA [27].

Kak u3BecTHO, 3TOMO3MJ UHTUOUPYET TOMOU30-
Mepasy Il 1 3aTpyaHsIET BOCCTAHOBJIEHUE OMYXOJIEBOM
JAHK, moBpexXaeHHON alKMIUPYIOIIUMU areHTa-
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mu [23]. Ero no6asneHue B cxemy JiedeHust CIO Bbico-
KOTO PUCKa CITOCOOCTBYET CHIKEHU IO YaCTOTBI MECTHBIX
peumauBoB Ha 15—17% [51]. Uccaemosanue Meyer [46],
npoBeaeHHoe B 1987—1991 1T, MpoaeMOHCTPUPOBAIO
BBICOKY10 3(hheKTHUBHOCTb KOMOMHAaIIMK udochamuaa
u arono3uaa y 29 6oabHbeix CHO. YacToTra mosiaHoro u
YAaCTUIHOTO KIMHWYECKMX OTBETOB cocTaBmiia 96%.
B 1988—1993 rr. uccaegoBaresu u3z POG (Pediatric
Oncology Group) u CCG (Cildren Oncology Group)
MMOKAa3aJ CTATUCTUYCCKU 3HAYNMOE TTPEUMYIIIECTBO
KoMOMHamu udocdammaa u sTonos3unaa y 398 001bHBIX
nokanuzoBaHHoi CHO. IlsatunetHsst 6e3peunauBHast
BBDKMBAaEeMOCTD TTociie JeueHusT B pexnme VACD co-
craBuia 54%, B pexume VACD + 1E — 69% [36].

B To e BpeMsi HeKoTophble uccienoBareu [18] He
BBISIBIJIM TIPEUMYIIECTB JaHHOW KOMOWHauWu. Bo3s-
MOXHO, U3-3a 100aBiaeHus ndochamuaa 1 3TOMo3uaa
I Ha aTane koHconuaupytotein [TXT. Tak, B uc-
cnepoBanusax REN-1 u REN-2 [17, 18], npoBeaeH-
HBIX B UTAJIbTHCKOM MHCTUTYTe opTorneauu Rizzoli B
1988—1991 rr., 5-neTHsist Oe3pelaMBHAs BbIXKUBae-
MOCTb 00J1bHbBIX, NoayurBiinx VACD u VACD + IE B
aIbIOBAaHTHOM peknMe, OblTa aHAIOTUYHOM U COCTaBH -
J1a cooTBeTCTBEHHO 51 1149%. OmHaKo B MCCIeI0BaHUI
REN-3, npoBeneHHoMm B 1991—1997 rr., udochamun
Ha3HayaJul B HEOaIblOBAaHTHOM pexume. [1pu sTom
5-neTHsA O0e3pelANBHAS BbIXKMBAeMOCTb JOCTUTIIA
71%, yBennumiiach 4acToTa JiedeOHOTO maToMopdo3a
BBICOKOI cTernieHu [16].

Takum obpazom, mpoBeneHHBIE NUCCAET0BAHUS MO-
Kasalli, 4TO TIPU MECTHOPACIIPOCTPAHHEHBIX (hopMax
OCCIO a(p¢heKTuBHBI peXUMBbI, BKIIOYAKOIINAE O
MEHBIIIel Mepe TPU U3 HIDKEeTePeUNCISHHBIX IIUTO-
CTaTUKOB: upochamun u/mim uukiodochamu, 3To-
MMO3WJ1, JOKCOPYOMIIMH M BUHKPUCTHH, Ha3HAYEHHBIX
oagHoBpemeHHo (VAI, VAIA, VACD, VIDE) unu B
ansTepHupyoieM pexume (VAC/IE).

B psinme uccienoBaHMii oOHapyXXeHa yeTKasl 3a-
BUCUMOCTb MPOTUBOOITYX0JIEBOTO 3((PeKTa OT A03bI
IIUTOCTAaTUKA, YTO TOCITYXHMJIO TOJTYKOM K MHTEHCH-
dukanym xumuoTepanuu |6, 42, 45]. B uccinenoBanuu
EW-92 [45], npoBenenHoM B 1992—1996 rr. B St. Jude
children research hospital, cpaBHUIN 3(hHEKTUBHOCTD
BBICOKUX M CTAaHIAPTHBIX 103 LUKIodochaHa y 60Ib-
HBIX MecTHOpacnpocTpaHHeHol ¢opmoii CHO. B o6e-
X TpymIax no3bl udochammuma ObIIN yBEITUUEHBI B
1,4 pa3a, jokcopyouLrHa — B 3 pa3a, 4To IMOBLICHJIO 00-
1IIy10 3-JIETHIOI BbKKBaeMOCTh 10 90%. [1pu aTOM 1032
nukiodochamMmuna He MOBAMSIA HA PE3yJIbTaThl Jieye-
Hud. B obenx rpyniax ooias 3-JIeTHsISI BBKMBAaeMOCTh
cocraBmiia 90%, 6e3peluauBHasI BBKMBaeMOCTb — 78%.
OTMeueHa BbICOKasi TOKCUIHOCTD JieueHus1. Tosibko 63%
OOJIbHBIX 3aBEPIIMJIM KOHCOJMIUPYIOUIYIO TEparuio.
VY 8% MalMeHTOB BO3HUKJIM BTOPBIE OITyXOJIH (OCTPBIi
MuUeso0JacTHRIN Jeitko3). B pabore Womer u coas-
TOpOB [54] n3ydeH >¢pdeKT coKpalleH1s NHTEPBAJIOB
MEX1y KypcaMy XMMMOTEpaIuu 1 MoKa3aHo, YTO BBe-

JIeHUe LIMTOCTaTUKOB KaXKAble IBE HeJIe N YBeTUUUBACT
4aCTOTY OObEKTUBHBIX OTBETOB 10 76% (TIpu cTaHIapT-
HbIX MHTepBaiax — 65%). B uccnenoanuu POG-9354/
CCG-7942 [35] nnTeHCU(DUKALIUS aTbTePHUPYIOIINX
KypcoB xumuotepanuu o cxeme VAC/IE cyiiiecTBeHHO
He TIOBJIMsIIa Ha PE3YJIBTaThl JIYSHUST, OTHAKO CIIOCO0-
CTBOBaJIa Pa3BUTHUIO JIEKAPCTBEHHO-AaCCOLIMMPOBAHHBIX
BTOPBIX onyxouieit y 4% 6omabHbIX. [1pu 48-HeneabHOM
BBEJICHUU CTAHIAPTHBIX 103 LIUTOCTATUKOB S-JIETHSISI
Oe3pelaMBHAas BBIKMBAEMOCTh coctaBwia 71%, npu
30-HegeJbHOM Kypce C MHTeHcudUuKauuein 103 —
78%. B nmecsiTuieTHEM MCCIEIOBaHUU, TIPOBEICHHOM
B Memorial Sloan-Kettering Cancer Centre, n3ydyeHa
nHTeHcuduumpoBaHHas ITXT B cokpallleHHOM pexXu-
Me. B nmporokoi P6 Bxiatouens! 44 6oapueix OCCIO ¢
00bEMOM BHEKOCTHOTO KOMITOHeHTa Goisee 100 cm?’.
B anbrepHUMpYyIONIEeM peskuMe TIpoBeIeHO 7 KypCoB Jie-
YEHMSI CIeTyIOIIMMU MpenapataMu: BAHKPUCTUH (2 Mr/
M?/Kypc); nokcopyourit (75 mr/m?/Kypce); LMKI0hoc-
damun (4200 mr/m?/kypce); udochamua (9000 mr/m?/
Kypc) u arorosug (500 mr/m?/kypc). bespeunnubHas
4-7eTHSISI BEDKMBAEMOCTh OOJIBHBIX JIOKATN30BaHHOMN
CIO cocrasuna 81% [42].

HccnenoBaHnst HOBBIX LIMTOCTATUKOB (JOKCOPYOH-
LIMH), KOMOMHauu udochamuaa ¢ 3Tomo3uaoM [36]
U MHTEHCUDUIIMPOBAHHBIX PEXKUMOB JieueHUs [235]
TTOKa3aJIu BIMsTHIE cucTeMHOoM X T Ha JTOKaTbHBI KOH-
TPOJIb OTYXOJIM U TTO3BOJIMJINA YBEJTMIUTH KOJTUIECTBO
opraHocoXxpaHsIoIux orepaumii [20].

OpmHako pe3ysibTaThl JeUeHUs OONBHBIX JTOKATH-
30BaHHBIMU HeomnepabeabHbiMU OCCHO no cux mop
OCTalOTCS HeyIOBJICTBOPUTETbHBIMU. be3permanBHast
5-7IeTHSIST BBLKMBAEMOCTh cocTaBisieT okoio 30%, Ha-
OyrromaeTcss BHICOKAs 4acTOTa JIOKABHBIX M MeTacTa-
THYECKUX PEIUINBOB [6], 4TO TpebyeT malbHEHIIIETO
coBepiueHcTBoBaHMS cxeM T1XT.

Jleuenne meracraTudeckoii (hopmbl capkomsl FOunra

IMo maHHBIM aUTEpPATYPHI [6, 52], TIpU TIEPBUYHOM
nuarHoctuke 20—25% 6GonpHbix OCCHO nmeror ot-
nmajeHHBIe MeTacTasbl. JIedeHWe TaKWX MallMeHTOB
MPUHLIUITUATBLHO HE OTJIMYAETCS OT Teparnun OOJbHbBIX
MecTHopacTipocTpaHHeHo# (popmoit CHO, omHako
ero 3((HeKTUBHOCTh CYyIIECTBEHHO HMke. HecMmoTps
Ha MHTeHcuduupoBaHHbie pexumbl [TXT u ux co-
yeTaHMe C METOJAMK MECTHOTO KOHTpoJIst, 6osee 70%
MalMEeHTOB C MeTacTa3aMy YMUPAIOT B TeUeHUe S JieT
OCJIe YCTAaHOBJICHUS 1arHo3a [52]. Y MHOrux 00IbHBIX
nucceMuHupoBanHoii CHO peuuaus uiav nporpeccu-
poBaHue 60Je3HU HAOIIOAAIOTCSI BO BpeMs UM BCKOPE
10CJIe OKOHYaHUsI cTaHAapTHOI X T, UCIIOIb3yeMOoil ITpu
JIOKaIM30BaHHOM hopme 3aboeBanud 30,42, 52, 56].

B uccnenoBanusix IESS-1 u IESS-11, mpoBeneHHBIX
B 1975—1983 rr.,, 5-1eTHsIs1 Oe3penIBHAsT BbIXKUBae-
MOCTbH OOJIBHBIX AucceMUHUpoBaHHOM (opmoii CHO,
noaydyuBIInx jedyeHue B pexume VACD, cocraBuiia
30% [22]. B uccnepoBanuu ET-1, mpoBeneHHOM B
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1978—1986 TT., aHAJIOTMYHBIN MTOKa3aTeNb Y OOJIbHBIX
Metactatuueckoir CHO, monyuyuBmux pexum VACD,
cocrtaBui Bcero 9% [26]. FO.A. TlynaHoB [9] cooOiaer
0 KpaliHe HU3KOM oOluell S-JeTHell BBIKMBAeMOCTU
00JbHBIX AUucceMuHUpoBaHHON CHO, moayuyuBIINX
JIy4eBYIO Teparuio U MOJMXUMUOTEPAINuIo ¢ BKJIIOYe-
HUEM BUHKPUCTHHA, JOKCOpYyOUILIMHA, HTUKIohocha-
MUAa, METOTpeKcaTa U OeoMulnHa, — Bcero 3,4%.
B uccaenoBanuu B.H. XmeneBckoii [15], pe3yabraThl
KoToporo ony6iaukoBaHbl B 2002 I., 17151 CUCTEMHOTO
JIeYeHUsI VCIIOIb30BaIi BUHKPUCTHH, JOKCOPYOUITNH
U nukiaodocdamua. ABTop nokasaja MpeuMyliiecTBa
syueBoii Tepanuu (JIT) kpynHbiMuy hpakLUUsIMU, KOTaa
0011ast 5-JIeTHSIST BBLKUBaeMoCTh focturia 13,6% (tipu
CcTaHIapTHOM obayyeHnu — 4,7%).

HanHblie 00 2(h(HeKTUBHOCTU MOHOTepanuu rudoc-
damunoMm u 3ameHbl HUKI0DochaHa Ha udochamun
Takke HeomHo3HayHbl. B nccinenmoBanun ET-2, mpo-
BegeHHOM B 1987—1993 rr., nukinodochamua ObLI
3aMeHeH Ha udocdaMua, YTO TMOBBICUIO S-JIETHIOO
06e3peININBHYI0 BEIKMBAEMOCTh OOJBHBIX MeTacTa-
tnueckoit popmoit CHO, nonyunsiimnx pexum VAIA,
10 23%. Ipu ucnonb3oBanum pexxnma VACD Bbrku-
BaeMoCTh OblTa Bcero 9% [26]. OmHako mcciaeToBaHne
POG-CCG, BoinoyiHeHHOE B 1988—1992 T, HE BLISIBU-
JIO CYILIECTBEHHOTO YJIYYIIIEHUST BBKMBAEMOCTH 00JIb-
HBIX IcceMUHUpOoBaHHOM (hopmoii CHO, moayunBIImX
KoMOuMHaiuto udochamua/stono3ua. beccodbiTuitHast
8-JIeTHSIST BBDKMBAEMOCTD TTOCTIe JICUCHUSI B pesKUMe
VACD coctaBuna 32%, B aJITEpHUPYIOLIEM PEXUME
VACD/IE — 29% [47].

DD DeKTUBHOCTD MHTEHCU(DULIMPOBAHHBIX PEXKU-
MoB TTXT y GOnbHBIX AUCCEMUHUPOBAHHON (POPMOIA
CIO Obl1a nmapajjiejibHO M3ydeHa €lle B HECKOJBbKMX
uccinenoBaHusix. Tak, Kolb u coaBTopsl [42] oueHUIN
pe3yabTaThl JedeHnsT 24 GOJBHBIX MeTacTaTU4eCKOM
CIO (6 maneHTOB ¢ N30 IMPOBAaHHBIMY MeTacTa3aMHU B
Jlerkrie n 18 — ¢ KOMOMHMPOBAHHBIMU MeTacTa3amMm),
MTOJTYYMBIINX 1O MMPOTOKOIYy P6 mHTeHCMDUIIMpOBaH-
Heie pexkumbl [TXT B 19912001 rr. beccobsiTuitHas
4-7eTHSIST BBIKMBAeMOCTh cocTaBuiia 12%, dyeTBepo
(17%) ymepnu oT Tokcuueckux ocioxHeHuit ITXT.
B knunuke St. Jude children research hospital B 1991—
1996 rr. npoBeaeHo uccienoBanre EW-92, olieHuBIee
pe3yabTarthl JedyeHUsT 19 00JbHBIX METACTATUYECKOM
CIO. beccoObITUiiHas S5-JIETHSISI BBIXKMBAEMOCTh CO-
craBuia 27% [45].

[To naHHBIM TUTEPATYPhI, BHIKMBAEMOCTb OOJIbHBIX
MeTactaTuyeckoii ¢dopmoii CIO 3aBuUCUT OT JIOKaJIK-
3auMu MeTacTa3oB. [lopaxkeHue KOCTeil U KOCTHOTO
MO3ra OKa3blBaeT 0ojiee HEraTUBHOE BIUSHUE, YeM
MeTacTaTUyeckoe MmopaxeHue Jerkux. B uccienosa-
Huu EICESS, BoinonHeHHOM B 1992—1999 rr., ob1ast
S5-JIeTHSISI BBDKMBAaeMOCTh 171 G0JIbHOTO TTOCIIe JIEYEH NS
B pexxuMe EVAIA coctaBuiia 27 %, nipu U30JIMPOBaHHOM
rmopaxkeHuu Jerkux — 34%, pyu MeTacTaTU4eCcKOM
MOpakeHUH KOCTHOTO MO3ra WM cKeJieTa — 28 %, Tipu

COYETaHHBIX MeTacTa3ax B JIETKUX U KOCTSIX CKeleTa —
Bcero 14%. Y manueHTOB ¢ MeTacTa3aMu B JIETKUX,
noayuyuBmux IIXT u KpynHomoJbHOE 00JyYyeHUE
JIETKUX, 0e3peliuaAuBHAS S-JETHSISI BBDKUBAEMOCTh CO-
craBuiia 40% [52]. B 1998—2005 rr. 8 CILIA npoBeaeHo
uccinenosanue POG 9457, pkitounsiiee 110 60abHBIX
MeTactatndeckoii bopmoii CHO. Y 39 (35%) naimeHToB
ObIJI0 U30JIMPOBAHHOE ITOpaKeHUe IeTKuX, y 16 (15%) —
codeTaHHbIe MeTacTasbl, y 14 (13%) — uzonupoBaHHbIE
MeTacTasbl B KOCTH, Y 8 (7%) — n30a1MpoBaHHOE TTopa-
KeHue KocTHoro mo3ran'y 33 (30%) — meTacTasbl Ipy-
ruxJIoKaau3aluuii. Bce maupeHThI OTydYnIn JICYCHUE B
CBEPXMHTEHCUBHOM peXXUMe: 1Ba Kypca MHIYKLIMOHHOM
tepanuu VAC u tpu 1E, Ha 3Tane KoHcoauaaluu — Tpu
kypca VAC c ymeHblIeHreM 103 1 ABa Kypca IE, a Taxcke
Tpu Kypca ITXT mo cxeme BUHKPUCTHUH + 3TOMO3MI +
nukiogocdan. ITocne kaxxnoro Kypca ITXT narmentam
o [-KC®D. O6uiag 2-1eTHII BHLKMBAEMOCTD
Bcex 0OJBHBIX cocTaBuiia 46%, OOJIBHBIX C U30JUPO-
BaHHBIM ITOpaXXeHUEM JIETKUX — 49%, malueHToB ¢
MeTacTa3aMu Ipyrux jokanusanuit — 44%. [Mokaszarean
0eCcCOOBITUITHOM 2-JIeTHE! BBKMBAEMOCTH COCTaBUIN
cootBercTBeHHO 24, 31 1 20% [20].

OIHUM U3 TTOCTIEAHUX Mccaea0BaHU N 3(hHEeKTUBHO-
ctu neyenuss OCCIO gaBngercs mporokon EUROEW-
ING-99 (1999—-2005 rr.), pe3yabraTbl KOTOPOTO MyOJ I -
KYIOTCSI B HacTosiee BpeMs. B uccienoBaHue BKITIO-
YeHBI TTAIMEHTHI, MMOJIyYMBIIME Ha 3Tare MHAYKIIUU
6 xypcos ITXT, BkioyaBLieil BAHKPUCTUH 1,5 Mr/m?2,
1-i1 nenp; nokcopyouumt 20 mr/m?, 1—3-ii aeHn; udoc-
damun 3 r/m?, 1—3-it neHb u aTono3un 150 mr/m?, 1-3-it
neHb (VIDE). [Tocne mecTHOTO JieueHusl BCeM ITPOBeIeH
1 Xypc KOHcoauaupymwlei Tepanuu no cxeme VAL
CorniacHo mpejnojiaraeMoMy TTPOrHO3Y 3a00JIeBaHUS,
COCTaBJICHHOMY Ha OCHOBE IPOTHOCTHYECKUX (haKTO-
poB (cM. TabJIMILY), BCEX IMALMEHTOB pa3aeInivi Ha TPU
TPYIIIIBL.

Taomuna. Ounenka gakropos nporuoza CIO

dakTop nmporHosa [Toka3zarenb Bbann

Bospacr <14 ner 0
>14 net 1
MeTtacTassl B KOCTU Her 0
EnuHuuHbIi 1

2-5 1,5

>5 1,5
MeTtacTasbl B KOCTHBIN Her 0
MO3T Ectb 1
O0BeM MepBUYHOI <200 M 0

OITyXOJIU >200 M 1,5
MerTacTa3sbl B 1erkue Her 0
Ectb 1

B rpyniy ctrangapTHOro pucka BOILIM OOJIbHbBIE, Y
KOTOPBIX CyMMa 0asuioB OblIa MeHee 3, B TPYIILY BbI-
COKOI0 pucKa — OT 3 10 5 1 B IPYIITY YJABTPaBbICOKOIO
pucka — 6ojee 5. Ha sTame KoHcoauaaluuu JieueHUE
TIPOBOIMJIN B 3aBUCUMOCTH OT IPEATIOIaraeMoro mpo-
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rHo3a. boibHBIE CO CTAaHTAPTHBIM PUCKOM TTOTYYUIIN
7 xypcoB 110 cxeme VAI (BUHKPUCTHUH, TaKTUHOMMIIVH,
udochamun) mim VAC (BUHKPUCTHUH, TaAKTUHOMMIIVH,
mukiogocdamun). ITanueHTs ¢ BBICOKUM PUCKOM —
7 xypcos o cxeme VAI wim BXT (Oycynbdan u menda-
JIaH) ¢ MOCJIeAyIoLIei TpaHCTIJIaHTallMe ayTOJTIOTMYHBIX
CTBOJIOBBIX KJIIETOK. BOJIBHBIM C YITBTpaBLICOKMM PUCKOM
npoBoauin ngedeHue mo cxeme BXT (mendanan +
aTono3un win Mendanad + oycynabdan). Briepsrie pe-
3yJIBTaThl KCCliefoBaHus onmyorkoBaHsl B 2003 . [56].
[IpencraBneHa npeaBapuTeabHas oieHKa 30 mayeHToB,
y 24 U3 HUX HernocpeacTBeHHas! 3 (PeKTUBHOCTD Jieue-
HUS (TTOJTHBIM ¥ YaCTUIHBIN 3(DheKThI) cocTaBmia 88%.
ABTOpPBI OTMEYAIOT XOPOIIYIO CTeTieHb maToMopdo3a
(Hekpo3 6onee 90%) y 7 u3 8 maleHTOB, MOJYYMBIINX
XUpypruyeckoe jieueHue. B 6osee mozaHen myomKanm
Ladenstein 1 coaBropos [44], mpencraBinenHoii B 2010 T,
MTPOaHATM3UPOBAHEI pe3yIBTaThI JieueHUs 28 1 60JIBHOTO
nmccemmuanpoBaHHoM CHO, cpemHmit Bo3pacT KOTOPBIX
coctaBui 16 et (ot 4 Mec 10 49 1eT), cpeaHuil CpoK
HaOmoneHust — 3,8 roga. TpexyeTHsis 0ecCOObITUIHAS
BbIKMBAEMOCTh cocTaBuia 27%, obmast — 34%. Tpex-
JIETHSAS OXUgaeMast 0e3peliINBHAsT BEIKUBAEMOCTh
46 neteit Mnamie 14 et coctaBmina 45% ot Havaina BXT.
TpexneTHsis1 6eccoObITUIIHAS BBLKMBAEMOCTh OOJIBLHBIX CO
cTaHaapTHBIM prCcKOoM — 40% , ¢ BRICOKMM pUCKOM — 25%
1 C YIBTPABBICOKMM PUCKOM — TOJIBKO 8%.

Takum o6Gpa3oM, TTPpaKTUIECKN BCE MPOBEICHHBIC
KCCIeI0OBaHUS MOKa3ald HeyIOBAETBOPUTEIbHBIC pe-
3YJIBTAThI JICUeHNST OOTbHBIX METACTATHUYECKOM (pOpMOit
CIO. Hecmortpst Ha uHTeHcubuLnpoBaHHyo [TXT, 6e3-
pelMIUBHAS 5-JIETHSS BEDKMBAEMOCTD He TIPEBBICHIIA
30% [20, 22, 26, 42, 47, 52, 56]. D10 c1OCOOCTBOBAIO
pa3paboTKe HOBBIX TepalleBTUUECKHMX ITOAXOI0B, O-
HUM 13 KOTOPBIX cTaya BeicokomosHast [1XT Ha sTame
KOHCOJIMAAIUU C TIOCAeAyIlel TpaHCILUIaHTaluel
TeMOTIO3TUYECKHX CTBOJIOBBIX KIIETOK.

Jleuenne capkomsbl FOunra ¢ nomonibio
BbICOKOA03HOI IIXT ¢ TpancmianTanueii
reMOnO3THYECKUX CTBOJIOBBIX KJIETOK

Hecmotpsa Ha unrencugukanuio [1XT, pesynsrars
JIEYEHUS IeTel ¢ MPOrHOCTUYECKW HeOIaronpusiTHbIMU
¢opmamu CHO (HeomepabeabHBIE, METACTATUIECKHUE,
peLuAMBUPYIOLIUE, PESUCTEHTHBIE K JICUEHUIO) OCTa-
I0OTCSl HEYJOBJETBOPUTEIbHBIMU. OO11ast S-MeTHSs
BbIXKMBAeMOCTb 0OJIbHBIX MECTHOPACITPOCTPAHEHHOM
dopmoii CIO kocreii Taza coctaBiusieT 40%, mpu MeTa-
craThyeckux (hopMax 3TOT MoKaszaTesib He MPeBbIIaeT
30% [20,22,26,42,47,52,56]. [Toucku 3(ppeKTUBHBIX
IIpOoTpaMM JieueHUSI IpUBeIn K Beicokogo3Hou [TXT Ha
aTarne KoHcoauaauu. Ee Hauanau ucnosab3oBaTh BMeCTe
¢ 00JIy4eHMeM BCEro TeJjia U MOCeAyIole ayToJorud-
HOW TpaHCIJIaHTallMeil KOCTHOTO MO3ra WUJjx TeMOIo-
9TUYECKUX CTBOJIOBBIX KJIETOK. [Ipeamnonaranock, 4to
TaKOW METON MOXET CTaTh AJIbTEPHATUBOM LIUKJIOBOM
nHTeHcuguurponanHoi [TXT.

[IpoBeneHHbIe MUCCIeIOBaHUS MOKA3aJIU, YTO BbI-
cokono3dHas XT yBenuuuia MeauaHy mepuoaa 6e3
porpeccupoBaHms 3aboseBanus 10 50—60 mec [30].
Kushner 1 Meyers [43] B cBoux paboTax cpopMyImpo-
BaJIv OKa3aHUs K BeICOKOA03HOU X T y 6ombHbIX CHO:

1. HeonepabenbsHrbie ormyxonau (CHO kocreit uepena,
MO3BOHKOB, KOCTE Taza).

2. Ctagust AUCCEMUHALIMU OITYXOJIH.

3. Huzkas creneHb ieueOHOro naTromopdo3sa rnociie
nHayktuBHoi ITXT.

4. HeBO3MOXXHOCTb paaKaJbHOTO XUPYPrUUeCKOTro
BMeIIATeIbCTBA.

[TepByto nonwiTKy Beicokogo3Hoi X T mpu OCCHO
npeanpuHsin Goldie 1 Coldman B 1979 . ABTOpHBI
MPEeUIOXKUIN MaTeMaTUYECKY IO MOJIEIb BHICOKOIO3HOM
[TXT [33]. B ato ke Bpems Frei u Canellos [32] onuca-
1 (peHOMEH «103a-3(DDEKT», MOJYYEHHBIIA B OMBITAX
in vitro Ha KyJIbTypax OMYXOJEBbIX KJIETOK YeJIOBEeKa.
B skcnepuMeHTe AByKpaTHOE YBEJIUYEHUE J03bl LIU-
KJ1odochaHa MpUBEI0 K ASCATUKPATHOMY YCUJICHUIO
MPOTUBOOMYX0JIeBOro 3(hheKTa, a yMEHbIIIEHUE T03bI Ha
20% criocob¢cTBOBAIO coKpaleHno adpdekra Ha 40%.

[TepBble MONBITKA BbicOKOMO3HOU XT Ha aTame
KOHCOJIMJALIMU TTOKA3aJIU BbIpasK€HHBbIN TTOJTOXUTEIb-
HbBIH 3P (PEKT U yBEIUUMIU 0€3pELIMANBHYIO S-TETHIOIO
BbIKMBAEMOCTh MALIMEHTOB C HEOJIATOMPUSITHBIM MTPO-
rHo3oM ¢ 0 1o 15—20% [32]. OnHako Takast Teparus
COIPOBOXK/1aJ1aCh BLICOKO JIETAIbHOCTBIO ¥ TeMaTOoJI0-
I'MYECKON TOKCUYHOCThIO B BUJE AJUTEJbHON U YacTo
HeoOpaTUMOIi arjia3uu KOCTHOTO MO3ra.

TpaHcnaHTalMsi KOCTHOTO MO3Ta MO3BOJIMIA
BOCCTaHABJIMBATh TMOMYJSILIMIO CTBOJOBBIX U TOJIUIO-
TEHTHBIX KJIETOK U CO3/aja YCJIOBUS sl JajbHe e
nHteHcudpukanuu XT. [Toucku 3pHeKTUBHBIX U
MaJOTOKCUYHBIX PEXMMOB BbiCOKOA03HON XT 1uiun
MapaJijieibHO C COBEPLIEHCTBOBAHUEM METOIOB TPAHC-
TUIAHTALMU KJIETOK-MPeAlIeCTBEHHUKOB KPOBETBOPE-
Hus. Kak M3BeCTHO, KOCTHBII MO3T SIBJSIETCSI OTHUM U3
WCTOYHUKOB KJIETOK-MPENIIECTBEHHUKOB reMOomnoa3a
(KTIT'). Mx nmosryyaroT IOCpeaCTBOM MHOXKECTBEHHBIX
MyHKLMI KocTei Taza. CunTaeTcst, 4To 9KChy3ust KOCT-
HOTO MO3Ta I0CTaTOYHO 0e30IacHa U OOBIYHO MPOXOAUT
0e3 ocinoxHeHuit. OMHAKO CYILIECTBYIOT HEJOCTaTKU
9TOM MaHUTTYJISLIAK:

® HeoOXOAMMOCTh OOILIETO HApKO3a;

® IpY METAaCTaTUYECKOM WJIU JIy4eBOM MOPAXKEHUUN
KOCTel Taza HEBO3MOXHO TMOJYYUTh JOCTATOUHOE KO-
JINYECTBO KJIETOK-MPEIlIeCTBEeHHUKOB;

® 337ep>KKa CPOKOB BOCCTAHOBJICHUS TeMOII033a
MocJie TpaHCIIaHTALIV K.

JpyruM MCTOYHUKOM KJIETOK-TIPEAIIECTBEHHUKOB
reMoIio33a sBisieTcs nepudepuyeckast Kpob. Ene B
1909 . pycckuit yueHblit A. MakCUMOB OOHAPYKUI,
41O (ppakius IMMGOLUTOB MeprudepruyecKoit KpoBu
COIEPKUT KJIETKHM, CITOCOOHBIE K CAMOOOHOBJIEHUIO,
nuddepeHIPOBKe U neneHuio [7]. B aTo ke Bpems B
OIIBITAX i1 Vitro W in vivo TIoKa3aHa CIIOCOOHOCTb KJIETOK-
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MPeaIIeCTBEHHUKOB, ITOJTyYEHHBIX 13 IIepru(epUIeCKOM
KPOBU, BOCCTAHABJIMBAThH F€MOIT033 Y KUBOTHBIX, 00-
JIy4eHHBIX B cMepTesibHOM 103e [38].

CaM TepMHMH «CTBOJIOBbIe KJIETKU mnepudepuye-
ckoit kposu» (ITCK) BriepBbIe UCTTONB30BaIN B 1962 I.
Goodman u Hodson [34]. [To mHenuto Johnson u
Roberts [40], ucronb3oBaHUEe TaKUX KJIETOK — 3TO
aJlbTepHaTUMBa TpaHCIJIAaHTAllUM KOCTHOTO MO3Ta Y
nereii. B HacTosiee Bpemst coop [TCK ctan pyTuHHOI
npoueaypoii. PaHblile B neauaTpuyeckoil mpakTUKe
CYLIECTBOBAIM MPOOJEMbI, OOYCIOBICHHbBIE MaJbIM
00BEMOM LUPKYJIMPYIOLIEit KpPOBU, BBICOKIM PUCKOM
TUITOBOJIEMUYECKUX OCTOXHEHU U HEOOXOIUMOCThIO
3aIIOJIHSATH SKCTPAKOPIIOPAJIbHBIN KOHTYP JOHOPCKUMU
spuTpolMTaMu. B HacTosiiee BpeMsi 3T CI0XKHOCTHU
YCIICIITHO TIpeo0JIeHEI [1].

[IprMeHeHMe CTBOJIOBBIX KJIETOK TieprdepruyecKoi
KPOBU JIaeT PsiJ MPEUMYILECTB Mepell KIeTKaMu-TIpe-
IIeCTBEHHMKAaMU1 KOCTHOT'O MO3Ta:

¢ 3a00p [1CK He TpeOyeT 00111Ieii aHECTE3UM U OTIe-
pallMOHHOTrO 0JI0Ka;

¢ 3260p [1CK MOXHO MpOBOAUTH Y OOJBHBIX, KO-
TOPBIM MPOTUBOIOKA3aHa 3KC(Py3Usi KOCTHOIO MO3ra,
Harpumep, rocje ooIyYeHUs1 KocTel Ta3a;

e 3200p IICK MoxXeT ObITh MHOTOKpPAaTHBIM, YTO
MO3BOJISIET TMOJy4yaTh MPAaKTUUYECKU HEOTPaHUUYEHHOE
KOJIMYECTBO T€eMOMO3TUYECKUX CTBOJIOBBIX KJIETOK;

® BOCCTAHOBJICHME TeMOI033a COKpalllaeTcsl Ha
7—9 nHeit;

® 3HAUYMTEIbHO HIKE YacToTa MH(MEKIIMOHHBIX OC-
JIOKHEHUI, YTO B CBOIO Ouepeb CIIOCOOCTBYET OoJiee
oe3zonacHoMy npoBeaeHuo BXT,

e ycrnionb3oBaHue [ICK cHMKaeT KOHTAaMUHALIVIO
OITyXOJIEBBIMU KJIETKAMHU.

[TosiBIeHUEe KOJOHUECTUMYIUPYIOLINX (paKTOpPOB
(KC®) criocobcTBOBAIO YyCOBEPIIEHCTBOBAHUIO METO-
muky cenapauyy [TCK. Moounuzauus ITCK toabko
¢ momouibio KC® unm BMecte ¢ cucreMHoit XT 1mo-
3BossieT B 370 pa3 yBeanuuTh KoandectBo CD-34*
U JIOCTOBEPHO YJYYIIMTh KauyecTBO MaTepuaia. He-
CMOTPSI Ha OTCYTCTBME PAaHIOMM3UPOBAHHBIX HC-
cienoBanuii, komouHauug XT+T-KC®D npusHaHa
0OJIBILIMHCTBOM aBTOPOB 0oJjiee 3(ppeKTUBHOU, yeM
pasnenbHoe HazHaueHWe XT u/unmu KC®, u xopoiro
ce0s 3apeKoMeHioBaa, o MmuHeHuto [.J1. MenTkeBuua
u H.H. Cy660TuHOI1, B JieueHUU OBICTPONPOTrpeccu-
pytouux oryxoJieit [13].

OaHO U3 MoCJIeAHUX MHOTOLIEHTPOBBIX UCCIeI0Ba-
Huii — EUROEWING99. IlepBbie npeaBapuTeibHbIe
pe3yasTraThl paboThl ommyoanKoBaHbl B 2006 T. 1 oTpa-
katoT 3¢ dexrol JedeHus 192 6onbHbx CHO BBEICOKOTO
pUCKa, KOTOpbIe Ha 3Tare KOHCOJUIALMU TTOTYIUIn
BXT c¢ nmocnenytomieii ayroTTICK. B monHoM o0beMe
IIporpaMMy JIeYeHMST BBIIOIHMWI JUIIb 141 mamyeHT.
BXT npenaparamu OycysibdhaH + MesdanaH nposeacHa
84 00BHBIM. JIByXJIeTHSISI 00I1IIast BEBDKMBAEMOCTb COCTa-
Buia 30% [44]. OKoHYaTeTbHBIC Pe3ybTAThHI JICUCHUS

328 60abHBIX OCCHO KpaiiHe BHICOKOTO prcKa BIIepBbIe
03By4yeHbl Ha KoHpepeHuun EBMT B 2008 r. Munyk-
tuBHBIN Kypc [1XT B motHOM 06BbeMe TTomyunn 88%
MarueHToB. Bcio mporpamMmy JiedeHusl, BKITFOYAOIIyIO
BXT npenapatamu OycyiabgaH + MesdanaH, BbIITOI-
HWIN 46 MalMeHToB B Bo3pacTe 10 14 et TpexieTHsst
0eccoOBITHITHAS BEDKMBAEMOCTD B JAHHOI TpyIIIe CO-
craBuiia 46%, y 001bHBIX cTapiie 14 1eT — TobKo 23%.
Uccnenosanue EUROEWING99 no3Boinio BeIACIUTD
(akTopsl 6saronpusitHoro nporHo3a OCCIO:

e pospact meHee 14 net (p=0,0069);

® H30JIMPOBAaHHOE METACTaTUYEeCKOe ITOpaxkeHne
kocTHoro Mo3ra (p=0,0057);

e conuTapHoe nopaxeHue ckenera (p=0,0043);

® 00beM MepBUUHOM omyxoau MeHee 200 cm?
(p=0,0004).

CrenyeT oTMETUTb, UTO Bce ucciieqoBaHus addex-
tuBHOCTH BXT y 60ombHbIX OCCHO HepaHgoMu3upo-
BaHHBIE, a TPYIIITLI 00JIbLHBIX — HeOmHOpoIHbIe. KpaiiHe
BbIcOKast TokcuyHocTh BXT mo3BoJisieT ucrnosib3oBath
€€ TOJILKO B CIIELIMaIN3UPOBAHHBIX YIPEXKIeHUSIX [4].

MecTtHoe Jedenune caprombl FOunra

JlokanbHOE BO3elCTBIE SBISIETCS BaXKHBIM 3TarloM
JeyeHust OCCHO u BKIIIOUaeT JTy4eBYIO Teparuio u/uiu
XUpypruueckoe BmelateabcTBo. HecMoTpst Ha HOBbIE
TepareBTUYeCKHe MOIXO/Ibl, YACTOTa MECTHBIX PELIMIN-
BOB OCTa€eTCsI BLICOKOM 1 Kosiebsetcst ot 10 10 90% [38] B
3aBUCUMOCTH OT 00beMa OTYXO0JIU, e OTiepadbeIbHOCTH,
BUJIa U UHTEHCUBHOCTH JICUCHUSI.

OCHOBHBIE aCTEKTHl XUPYPTUIECKOTO JIEUCHUS
noapoOHo onucaHbl B padorax Hosalkar, Dormans
B 2007 . [38] 1 B pa®oTe HAIIIETO COOTEUYECTBEHHMKA
npod. 3.P. Mycaena [8]. B HacTos1Ieil cTaThe MBI
pelunad noapoOHO He OCTaHABJIMBATLCS Ha JaHHOM
rnpo0GJieMe, a MOCBSITUTD €ii OTAEJIbHBIN TUTepaTypPHBIIA
0030p, KOTOPKIA OyAeT OnyO0aIMKOBaH MO3AHEE.

OCCIO otnnyaroTcs BbICOKOI pagruovyBCTBUTEIIb-
HOCTbIO, TO3TOMY AyHesds mepanus 1o Mpasy SIBJSIETCS
BasKHBIM KOMITOHEHTOM KOMOMHUPOBAHHOTO JICYCHUST
B 3aBUcUMOCTH OT Jokanuzauuu CHO [3]. O6nyyeHue
MPOBOJSIT B TeX CJIyyasiX, KOrja HET BO3MOXHOCTHU
XMPYPrUYecKOro BMeIIaTeIbCTBA MU TI0C/Ie Hepaan-
KaJIbHOM orepalyu JJisl CHUXXKEHUSI pucKa JOKaJIbHOTO
peuuauBa [2]. OcHoBHOE yciaoBue 3(PGHEeKTUBHONU
JIT — npaBuiibHOE OMpeeeHUE IPaHULL OTTYXOJIEBOTO
TTopaxkeH!s] KOCTU M MATKMX TKaHe#. B Hacrosiee
BpeMsl Hanbosiee TOYHBIM METOIOM JUISI OLEHKU TTOJISI
obnyuenus spusiercsst MPT. B uccnenoBannu negua-
Tpuyeckoi oHkosorndeckoi rpymmnsl (POG), npose-
neHHoM B 1983—1988 rr., nzydyeHo BiussHue oobeMa JIT
Ha BO3HUKHOBEHME JIOKAIBHOTO peruanBa. OleHeHbI
pesynbrathl JeueHust 40 6onbHbIXx KCHO, pangomu-
3MPOBAaHHBIX Ha 2 TPYIIIBL. Y MAllMEHTOB 1-1i TPyMIIbI
00JTyJIaJT TOJIBKO OITYXOJIb B TPaHMIIAX, OTIPEIeICHHBIX
nmo Havana [1XT, c orctynamu o 2 cm. COJl coctaBu-
na 55,8 Ip. Bo BTopoii rpynmne o0y4yaan BCIO KOCTb,
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nopaxeHHyto omyxojbio, COJl cocraBuna 39,6 Ip, go-
MOJTHUTEJILHO O0JIydaan 30HY OIyXou B 103e 16,2 Ip.
BespeunanBHas 1 6ecCOOBITUITHASI BLIKMBAEMOCTU B
00enx TPYyIax OKa3aIuch aHAJIOTUYHBIMU. B HacTosI-
1ee BpeMsl 00JIydaloT TOJIbKO 30HY pacrpOoCTpaHEHMUSI
OITyXOJIM B TPAHULIAX, YCTAHOBJICHHBIX MPU MIEPBUYHOM
JIMATHOCTUKE, TOTIOJTHUTEIBHO T10 OKPYKHOCTH 3aXBaThI-
BalOT U 3JI0POBBIC TKAHU HA PACCTOSTHUU He MEHee 2 CM.

N.B. I'texoB [2] cooO1m1 00 yay4IeHUN JTOKaJIbHO-
ro KoHTpoJist onyxosu nocie JIT B pexxume rurepdpak-
HMoHupoBaHus. B mociieqHee BpeMs pexXuM rumnepd-
PaKIIMOHUPOBAHUS UCTIONB3YIOT IIPY HeOTIepabe TbHBIX
OITyXOJIsIX, B MEPBYIO o4Yepeab KOCTel Tasa, a Takxe
ITocjie HepaauKaIbHOTO XUPYPTUUECKOTO JICUCHHS,
KOT/Ia B Kpae pe3eKIM1 OCTarTCs KJIeTKU omyxouu. [Tpu
HaAJIMYUH KIIETOK OITyXOJIU B Kpae Pe3eKIINHU UCTIOTb3Y-
ot CO/I 50,4 Ip, npy BUAMMOI OCTATOYHOI OITYXOJIN
no3y yBeanumBaioT 10 55,8 Ip. B Tex ciydasix, korma
ocTaToyHoM onmyxonu HeT, JIT He MpoBOAST.

[Mpu o6ay4eHnM HeOOXOAUMO YYUTHIBATh aHATO-
MO-(U3UOJOTMYECKNE OCOOEHHOCTH AETel: MTPOA0I-
JKAIOLIMIACS pOCT TKaAHEMN, HaJIMYMe POCTKOBBIX 30H B
KOCTSIX, pa3jInyus paauo4yBCTBUTEILHOCTH 3I0POBbIX
TKaHel U OITyXOJIH, OBICTPHINA pocT omyxoiu. MTHo-
pyUpoBaHMe 3TUX JAaHHBIX CHUXAaeT 3 (HEKTUBHOCTD
JIy4EBOM Teparuy U BEAET K TSKEIBIM JTYYEBBIM IT0-
BpeXIeHUsIM [2].

Jleuenue metactatuueckux OCCIO — Takxe ciox-
Has 3aga4da. B HacTosiiee BpeMst 00J1y4atoT Bce BUIU-
mbie MeTactasbl (CO/L 30 Ip).

IlepcnekTuBsl Jeuenus capkombl FOunra

HecMoTtpst Ha MHOTOJIETHUE UCCIEAOBAHUS, pe-
gyabtathl JeuyeHusi OCCHO ocraloTcst Hey1OBIETBO-
putenbHBEIMU. B mocnenHee BpeMst pabOThI BeIyTCS B
HOBOM HarpaBjJeHUU, 0a3upyloliemMcst Ha OMOJIOTUU
OITyXO0JIeBBIX KJIeTOK. [TokazaHo, UYTO TKaHEBbIE, KJIETOU-
HbIE Y MOJIEKYJISIPHBIE MapKepbl KOHKPETHOM OTTYXOJI1
TECHO CBSI3aHBI CO CIIeLIM(UKON ee «OMOJIOrMYeCKOro
MMOBEACHNSI» — OCHOBHBIMU CBOMCTBAMU OIYXOJIH,
BKJIIOUAIOLIMMU HEOrpaHUUEHHYIO Mposudepaluio,
aKTUBHOCTb HEOAHTUOTEHE3a, MHBA3UIO, METACTa3MPO-
BaHMeE, CITOCOOHOCTD K aloITo3y, YyBCTBUTEIbHOCTh K
9K30T€HHBIM U 9HAO0TeHHBIM peryisitopaM [31]. B pabo-
te 1.B. ByabrueBoii [1] oTpaxkeHa HOBasi HEPCHEKTHUB-
Has crparerus JedeHust OCCIHO, koTopas onpaercs Ha
MOJIEKYJISIPHO-0MOJIOTNYECKIE OCOOEHHOCTH OITYXOJIU
U COCTOUT B HEMOCPEICTBEHHOM BO3/ICMCTBMUU Ha OTTpe-
JIeJICHHBIE MOJIEKYJIBI Y TIPOLIECCHI.

B cBs31u ¢ peaKkocThio 3a00JIeBaHUSI OTCYTCTBYET
BO3MOXHOCTh IIMPOKUX KIMHUYECKUX UCCIeT0Ba-
HWIA, HaIlpaBJEHHBIX Ha yJydllleHUE pe3yJbTaToB
Teparnuu JIeYeHUsI OMyXoJiell ceMeiicTBa capKOMbl
IOunra, TkaHb KOTOpo#i obnagaeT creunpuieckoi
TpaHcaokanueir EWS/FLI1 (11:22), 4yTo OTKpbIBaeT
MEPCIEeKTUBBI MPUMEHEHUS MOJIEKYISIPHO HaIlpaB-
JIeHHOM Teparuu [57].

Kierku CIO o61amaioT yHMKaIbHOM TpaHCIOKAI-
ei1, IMOJIy4YeHHOM B pe3yJbraTe CIusHus N-TepMuHaia
redna EWS na xpomocome 22 u C-tepmunana ETS
(erythroblastosis virus-transforming sequence-1). M xots
BO3MOXHBI pa3IMYHble KOMOMHALIMY «9K30H-UHTPOH»,
HanOoJIee YaCcTO BCTPEYaIOTCs CIUSIHUS: 7-11 3K30H EW/S
u 6-i1 5k30H FLI-1 (y 51% nanueHToB) Win 7-ii 5K30H
EWSw 5-i1 sx3on FLI-1 (27% maimueHTOB).

IMockonbky Tpancnokamuss EWS/FLI1 BctpeuaeTcst
TOJIBKO B OITyXoJieBBIX KieTkax CHO u oTcyTCcTBYyeT B
HEM3MEHEHHBIX KJIETKaX, JOTMYECKUM IIIaroM K pas-
BUTHIO MOJIEKYJISIPHO HATIpaBICHHOM CieIM(UIeCKOM
TepaIry TaHHOM TTaTOJIOTHH SIBJISICTCS HAIPAaBJIeHHOCTD
IperapaToB Ha MPOAYLMPYEMBIN TMaTOJIOTHIECKUIA
0eJIOK, 9TO TIOATBEPAMIN UCTIBITAHUS Ha KIETOYHBIX
JIMHUSX MBIIei. JIaHHBIH MOAXOM MOXKET OTKPBITh
HOBBIN KJTacC IIperiapaToB — MHTMOUTOPBI ITO TUITY «Oe-
JIOK-6e10K». 1o mocmeTHUM TaHHBIM UCITOIb30BaHUS
npemnapara YK-4-279 6b11a mpoieMOHCTpUPOBaHA IUC-
comuanuust PHK-xemuka3 u EWS/FLI1, uro mpuBeso K
anonTo3y B JIMHUAX KJeTok CHO.

HccnenoBaHne yHUKATBHBIX BO3MOXKHOCTEH TapreT-
HBIX TIPETIapaToB MOXKET CYIIECTBEHHO YIYIIINTh Pe-
3yabraThl TedeHns Kak CHO, Tak 1 BceX capKoM B IIEJIOM.

A.A. @eneHko [14] mokasai, 4To, HECMOTPS Ha
HCTIONIb30BaHE MHOXECTBA Pa3TMIHBIX KOMOMHAIIHI
xumuotepanuu, B JedeHnn CHO yxke MOCTUTHYTO Te-
pareBTMYeCKOe TUIaTO, M Pe3yIbTaThl Tepaliuy pelir-
MUBHBIX Y METACTaTUIECKMX CIIydaeB 3a00JIeBaHUS 10
CHX TIOp OCTarOTCS KpaifHe HeyIOBIeTBOPUTEITHHBIMMU.
HMuruduropsl IGF1R nocTynHbl moka TOJbKO B Ka-
YeCcTBe KIMHWYECKUX MCCIeIOBaHMI, K MperapaTam
JMAHHOTO psifia CYIIECTBYET PEe3UCTEHTHOCTD B PSZE CITy-
YyaeB, TakKKe B TAaHHBIIT MOMEHT TTPOXOMISIT UCITBITAHMS
npumeHeHust uHrnoutopoB m-TOR 1 VEGE B uact-
Hoctu, s gedeHus: CIO mpoOytoTcs Takue npernapa-
ThI, KaK OeBaliu3dymMad, MeT(OpMUH, TEMCUPOJIUMYC B
couyeranuu ¢ IMCA12 (uarunourop IGF1R), MK8669
(maruéutop m-TOR).

ITonBoast uTorn Haieit paboThl, CTOUT OTMETUTb,
YTO MOKA YTO HU OJIMH U3 METO/IOB Teparu MallueHTOB
¢ capkomoit FOuHra He nmokaszaj KaueCTBEHHOTO Mpe-
BOCXOJCTBA Haja Apyrumu. [lpumMeHeHue pasnuuyHbIX
KOMOMHAIIMI1 XMMUOIIPETNapaToB MO3BOJISIET HECKOJIBKO
CMECTUTD Yallly BECOB B CTOPOHY YBEJIMUYEHMSI OOLLIEH 1
0e3pelaIMBHON BBXKMBAEMOCTH, HO PUCK TTOSIBJICHMUS
peuuanBa 3a001eBaHUSI OCTaeTCsl KpaliHe BBICOKUM, U B
HACTOSIIIIMI MOMEHT TaK U He BbIpaboTaHa elrHast KOH-
LIeTLMS JISYEHUST peUUaMBHBIX (hopM capkombl FOuHTa,
YTO JIeJIaeT BO3MOXHBIM U HEOOXOUMBIM JajbHe1Ie
yr1yOJeHHbIE UCCIE0BAHUS B 3TOI 00J1aCTH.
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Combined approach is a standard of treatment of Ewing sarcoma patients. Chemotherapy, radiotherapy, surgery and possible
targeted therapy are the main steps of successful treatment. Evolution of chemotherapy is discussed in this literature review.
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